INTRODUCTION
In 1937, Bietti (1-5) reported a tapetoretinal degeneration with associated corneal deposits at the limbus. The hallmark of the disease was crystals in the paracentral and peripapillary retina with or without marginal cornea. Bagolini and Ioli-Spada (1) presented a 30-year follow-up on one of Bietti's cases. We present long-term fundus photographic documentation (21 years) and clinical follow-up (24 years) of one of two brothers with Bietti crystalline dystrophy (BCD). 
SHORT COMMUNICATION

Case report
A 24-year-old man presented intraretinal refractile crystals ( Fig. 1) , paracentral scotomas, abnormal electrooculogram (light peak-to-dark trough ratio of 1. (Figs. 2, 3 ) with central 10º visual fields. By optical coherence tomography (OCT), most of the crystals were located in the inner retina, were moderately reflective, were small, and did not cast any shadow on the outer retina. There were minimal cystic changes in the fovea with normal retinal thickness. His brother was diagnosed with BCD at age 16 and developed abnormal electroretinogram (decreased scotopic and photopic amplitudes) at age 26, with normal color tests (panel D-15 and Farnsworth-Munsell 100-hue). By transmission electron microscopy, both lymphocytes and conjunctival fibroblasts showed cytoplasmic lipid-crystalline complex inclusions.
DISCUSSION
BCD is caused by mutations of the CYP4V2 gene, a novel family member of the cytochrome P450 genes on chromosome 4q35. The crystalloid lysosomal inclusions re-sembling cholesterol esters have been detected in peripheral lymphocytes, skin, conjunctival, corneal, and choroidal fibroblasts. OCT demonstrated preferential crystal accumulation in the inner retina. 
